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isothiocyanate, 88 

isothiocyanate derivatization, 98 

isotope peak, 18 

isovaleric acid, 296, 297, 314, 315, 316, 
317, 322 

isovaleric acidemia, 5, 294, 297, 314, 315, 
316 

isovaleric aciduria, 84 
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N-isovalerylalanine, 297, 315, 316, 317 

isovaleryl-B-D-glucuronide, 297, 316, 317 

isovalerylcarnitine, 296, 297 

isovaleryl-CoA, 194, 308, 315, 316, 327, 
329, 346 

isovaleryl-CoA dehydrogenase, 308, 314, 
315, 322, 370, 373 

N-isovalerylglutamic acid, 297, 315, 317 

N-isovalerylglutamine, 297, 317 

isovalerylglycine, 296, 314, 316, 324, 327, 
367, 373 
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ITMS, 63, 65, 68 


Jamaican vomiting sickness, 365, 372, 373 
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keto acid, 77, 82 

keto bile acid, 271 

keto groups, 110 

3-keto-A‘-steroid 5a-reductase, 260 

3-keto-A*-steroid 58-reductase deficiency, 
256, 258 

2-keto-3-methylvaleric acid, 193, 194, 295, 
298, 303, 325, 346, 347, 349 

4-keto-6-hydroxyheptanoic acid, 301, 339, 
340 

4-keto-6-hydroxypheptanoic acid, 337 

ketoacidosis, 194, 302, 324, 355 

2-ketoadipic acid dehydrogenase, 330, 332 

2-ketoadipic acid, 282, 298, 332, 333 

2-ketoadipic acidemia, 330 

2-ketoadipic aciduria, 298, 330, 332 

11-ketoandrosterone, 161, 181 

2-ketobutyric acid, 193, 349, 355 

4-ketobutyric acid, 193 

wy-ketocarboxylic acid, 367 

2-ketocarboxylic acid, 194 

keto-enol tautomerism, 306, 332 

1 1-ketoetiocholanolone, 161, 181 

2-ketoglutaramic acid, 284 

a-ketoglutarate dehydrogenase complex, 
348 

2-ketoglutaric acid, 159, 199, 282, 295, 297, 
298, 304, 332, 347, 348, 349, 351, 354, 
355, 356 

3-ketohexanoic acid, 193, 200 

5-ketohexanoic acid, 193, 367 

2-ketoisohexanoic acid, 193, 194, 295, 298, 
315, 327, 329, 346, 347, 349 

2-ketoisovaleric acid, 193, 194, 295, 298, 
346, 347, 349 

7-ketolithocholic acid, 256, 262 

ketone, 87, 191, 192, 200, 280 

ketone body, 199, 314 

7-ketooctanoic acid, 367 

6-keto-PGF,,,, 100, 102, 103 
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5-ketoproline, 343 

B-ketothiolase deficiency, 298, 324, 325 

B-ketothiolase, 324, 325 

ketotic dicarboxylic acid, 365 

ketotic dicarboxylic aciduria, 367 

ketotic hyperglycinemia, 324 

2-ketovaleric acid, 193 

3-ketovaleric acid, 199, 299, 300, 303, 307, 
313, 361 

3-ketovaleryl-CoA, 303, 307 

kidney, 157 

kidney transplantation, 163 

kinetic energy, 65 

Kussmaul breathing, 192 


lactate dehydrogenase, 126, 357 

lactic acid, 87, 162, 193, 196, 197, 295, 
296, 298, 299, 304, 308, 313, 324, 327, 
348, 349, 351, 361, 367, 373 

lactic acidemia, 350 

lactic acidosis, 302, 348, 349 

B-lactoglobulin, 130 

lactyllactate, 304 

LADH, 217 

laser desorption (LD), 4, 30 

laser desorption ionization (LDI), 30 

LC, 8 

LC/MS, 7, 8, 24, 25, 56, 59, 61, 75, 83, 86, 
94, 99, 106, 107, 114, 125, 134, 156, 
157, 158, 177, 179, 180, 191, 228, 244, 
274, 275 

LC/MS/MS, 107, 110, 137 

LCAD deficiency, 369, 373 

LCHAD deficiency, 369 

lethargy, 192, 302, 310, 314, 324, 328, 346, 
360, 363, 368, 369 

leucine, 120, 192, 194, 254, 280, 281, 295, 
298, 308, 314, 315, 326, 327, 328, 346, 
347, 349 

leukopenia, 314 

leukotriene, 100 

leukotriene By, 104 

linear, 36 

linkage analysis, 94 

linked scan, 66, 210 

linked scan method, 65 

lipid storage myopathy, 369 


lipid-bound, 181 

Lipidex 5000, 109 

Lipidex 5000 microcolumn, 110 

Lipidex-DEAP, 277 

lipophilic Sephadex, 109 

lipoxin, 104 

liquid chromatography (LC), 6 

liquid chromatography/mass spectrometry 
(LC/MS), 56 

liquid SIMS (LSIMS), 4, 27 

lithocholic acid, 255, 256, 260, 269, 272 

liver, 253, 254 

liver alcohol dehydrogenase (LADH), 216 

liver cirrhosis, 264, 265, 266, 270, 277, 281, 
282, 337 

liver disease, 271 

long-chain 3-hydroxyacyl-CoA dehydroge- 
nase (LCHAD) deficiency, 368, 369 

long-chain acyl-CoA dehydrogenase 
(LCAD) deficiency, 294, 368, 369 

low energy CID, 66 

LSIMS, 6, 8, 23, 24, 26, 27, 41, 46, 48, 64, 
168, 169, 271, 293 

LSIMS/MS, 8, 294 

lysine, 120, 206, 213, 308, 318, 319, 332 

lysyl endopeptidase, 119, 124 


M~, 16 

M*", 16 

macrocephaly, 317 

magnetic, 210 

magnetic field, 31, 32, 54, 66 
magnetic field strength, 39 
magnetic scanning, 54 

magnetic sector, 20, 31, 43, 65, 125 
magnetic sector analyzer, 31 
magnetic sector mass analyzer, 32 
magnetic sector mass spectrometer, 3 
magnetic sector MS, 31 

Maillard, 206 

Maillard reaction, 206, 209 

makeup gas, 54 

MALDI, 8, 30, 31, 119, 130 
MALDI-MS, 119, 129, 139, 156 
MALDI-TOF, 130 
MALDI-TOFMS, 31, 129, 130, 140 
maleic acid, 301 
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maleylacetoacetic acid, 337, 338, 342 

malic acid, 159, 162, 304, 350 

malignant disease, 131 

mannitol, 161, 174, 175, 177, 178, 179, 
180, 201, 205 

MAO, 228, 230 

MAO-B inhibitor, 226 

maple syrup urine disease, 294, 298, 345, 
346, 347 

mass analyzed ion kinetic energy (MIKE), 
65 

mass analyzed ion kinetic energy spectrome- 
try (MIKES), 7 

mass analyzer, 15, 31 

mass chromatogram, 56, 86, 177, 179 

mass chromatography (MC), 55, 110 

mass fragmentography, 5 

mass selective instability scan, 37 

mass spectrometry (MS), 3 

mass spectrum, 16 

mass-to-charge ratio (m/z), 15 

matrix, 25, 26, 27, 30, 61, 139 

matrix-assisted laser desorption (MALD), 
30 

matrix-assisted laser desorption ionization 
(MALD)I), 4, 30 

MCAD deficiency, 368, 369, 373 

McLafferty-type rearrangement, 306 

medium-, short-, and long-chain acyl-CoA 
dehydrogenase, 322 

medium-chain acyl-CoA dehydrogenase 
(MCAD) deficiency, 368, 369 

medium-chain dicarboxylic acid, 192, 368, 
370 

medium-chain triglyceride milk, 373 

medium-chain triglycerides, 365 

megaloblastic anemia, 310 

melanin, 334 

mental and physical retardation, 346 

mental retardation, 310, 324, 334, 341, 343, 
349 

mesaconic acid, 297, 304, 315, 316 

metabolic acidosis, 318, 322, 326, 328, 330, 
343, 345, 346, 358, 368, 369 

metabolic ketoacidosis, 310, 314, 360 

metabolic profiling, 6, 7, 199 

metanephrine, 96 


metastable, 18 

metastable ion, 17, 66 

metastable peak, 18 

methane, 20, 22, 40, 117 

methionine, 120, 199, 254, 280, 302, 303, 
311, 338, 355 

methoximation, 77, 83, 104 

methoxime, 77, 78, 83, 101, 110 
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(MHPE), 246 
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(MHPG), 246 

3-methoxy-4-hydroxyphenylpyruvic acid, 
245 

3-methoxycatechol, 160, 170, 171, 173 

methoxyhydroquinone, 160, 170, 171, 173 

methoxylamine hydrochloride, 101 

2-methoxyresorcinol, 160, 170, 171, 172, 
173, 174 

methyl, 92 

methyl boric acid, 94 

methyl ester, 115, 158 

methy] esterification, 117 

methyl! ester-MO-TMS, 105 

methyl ester-TFA derivative, 116 

methy] sulfinyl carbanion, 93 

methyl tert-butyl ether, 89 

N-methy]-1,2,3,4-tetrahydroisoquinoline 
(NMTIQ), 230 

2-methyl-1-butanol, 201 

3-methyl-1-butanol, 201 

2-methy]-1-propanol, 201 
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3a,7a,12a,24-tetrol, 278 

5(3)-methyl-3(5)-isoxazole propionic acid, 
341 

2-methyl-3-hydroxybutyric acid, 298, 299, 
300, 303, 304, 313, 324, 325, 326 

2-methyl-3-hydroxybutyric aciduria, 298, 
324 

2-methyl-3-hydroxybutyric-CoA, 325 

2-methyl-3-hydroxybutyryl-CoA, 303, 307, 
324, 325 

2-methyl-3-hydroxyvaleric acid, 300, 303, 
304, 307 

2-methyl-3-ketovaleric acid, 299, 300, 303, 
307, 361 
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2-methyl-3-ketovaleryl-CoA, 303, 307 

1-methyl-4-pheny]-1,2,3,6- 
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1-methyl-4-phenyl-2,3-dihydropyridine 
(MPDP), 228 
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2-methylacetoacetic aciduria, 324 

2-methylacetoacetyl-CoA, 303, 306, 324, 
325 

methylacrylyl-CoA, 194 

1-methyladenosine, 131 

N°-methyladenosine, 131 

3-methyladipic acid, 159, 162, 282, 299, 
301, 304, 308, 313 

methylation, 80, 82, 133, 164 

N-methyl-bistrifluoroacetamide (MBTFA), 
98 

3-methylbutanal, 281 

3-methylbutrylglycine, 303 

2-methylbutyric acid, 296, 322 

methylbutyryl-CoA dehydrogenase, 322, 
370 

2-methylbutyryl-CoA, 194, 303, 308, 325, 
346 

2-methylbutyrylglycine, 296, 301, 308, 324, 
367 

methylcitric acid, 299, 300, 303, 304, 305, 
306, 313, 314, 325, 327, 330, 361 

methylcobalamin, 311 

methylcobalamin synthesis deficiency, 311 

3-methylcrotonyl-CoA, 194, 315, 326, 327, 
329 


3-methylcrotonyl-CoA carboxylase, 308, 
324, 326, 327, 360 
3-methylcrotonyl-CoA carboxylase defi- 
ciency, 298, 326, 327 
3-methylcrotonylglycine, 297, 298, 299, 
327, 328, 329, 361 
3-methylcrotonylglycine-CoA, 327 
3-methylcrotonylglycinuria, 298, 326 
5-methylcytosine, 136, 359 
N-methyldopamine, 96 
3,4-methyleneadipic acid, 159, 282 
methylenecyclopropylacetic acid, 373 
3,4-methylenesuberic acid, 282 
N-methylepinephrine, 95, 99 
5-methylfurancarboxylic acid, 282 
2-methylglutaconic acid, 298, 299, 301, 
308, 313, 324, 325 
3-methylglutaconic acid, 282, 297, 298, 
301, 304, 308, 327, 329, 330, 331, 355, 
356 
3-methylglutaconic aciduria, 298, 355, 356 
3-methylglutaconyl-CoA hydratase, 355, 
356 
3-methylglutaconyl-CoA, 315, 326, 327, 
329, 356 
2-methylglutaric acid, 159 
3-methylglutaric acid, 159, 282, 297, 298, 
329, 355, 356 
2-methylglyceric acid, 159, 162 
methylguanidine, 156 
1-methylguanosine, 131 
N2-methylguanosine, 131 
methylhydroxylamine hydrochloride, 78 
O-methylhydroxylamine hydrochloride, 77, 
83, 104, 105 
1-methylinosine, 131 
N-methylisoquinolinium ion (NMIQ‘*), 235 
D-methylmalinonyl-CoA, 303 
L-methylmalinonyl-CoA, 303 
methylmalonic acid, 86, 87, 282, 299, 310, 
312, 313, 325 
methylmalonic acidemia, 310 
methylmalonic aciduria, 84, 86, 294, 299, 
302, 308, 310, 311, 312, 314, 321, 325 
methylmalonylcarnitine, 299 
methylmalonyl-CoA, 302 
methylmalonyl-CoA mutase, 302, 311 
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methylmalonyl-CoA racemase, 302, 311 

D-methylmalonyl-CoA, 302, 311, 312 

L-methylmalonyl-CoA, 302, 311, 312 

methylmercaptan, 160 

N-methyl-N-nitroso-p-toluenesulfonamide, 
113 

3’-O-methylnorlaudanosolinecarboxylic 
acid, 245 

N-methylnorsalsolinol, 96, 99, 241, 242, 
243, 244 

N-methy]-N-tert- 
butyldimethylsilyltrifluoroacetoamide 
(MTBSTFA), 81 

N-methyl-N-trimethylsilylacetamide 
(MTMSA), 80 

N-methyl-N-trimethylsilyltrifluoroacetamide 
(MSTFA), 79, 81 

methyloxime, 83 

O-methyloxime-TMS derivative, 94 

O-methyloxime-TMS derivatization, 94 

4-methylpimelic acid, 299, 301, 308, 313 

7-methylpurine, 135 

methylpyrazine, 201 

N-methyl-salsolinol, 96, 99, 241, 242, 243, 
244 

3-methylsuberic acid, 159 

4-methylsuberic acid, 299, 301, 308, 313 

methylsuccinic acid, 162, 295, 296, 297, 
304, 315, 316, 322, 366, 370, 373 

methylsulfinyl carbanion method, 135 

2-methylthiofuran, 201 

1-methyl-TIQ, 230, 239, 241 

N-methyltransferase, 235, 243 

methyltrifluoroacetamide (IPDMSMTFA), 
99 

3-methyluridine, 133, 135 

mevalonate kinase, 361, 362 

mevalonic acid, 299, 329, 361, 362, 363 

mevalonic aciduria, 299, 361, 362 

mevalonolactone, 299, 361, 362 

MHPE, 246 

microcephaly, 352, 358 

microcolumn, 60 

B-microglobulin (8,-MG), 157 

middle molecule, 180 

middle molecule fraction, 157 

mitochondria, 373 


mitochondrial B-oxidation, 368 

mitochondrial cobalamin adenosyltrans- 
ferase deficiency (cbIB), 311 

mitochondrial state 3 respiration, 169 

m-nitrobenzylalcohol, 26, 27 

MO, 83 

modified headspace sampling, 90 

modified nucleoside, 131 

modified ribonucleoside, 133 

molecular ion, 15, 16, 18, 19, 20, 22, 23 

molecular SIMS, 27 

monoamine oxidase (MAO), 225 

mononucleotide, 134, 135 

MO-pentafluorobenzy! (PFB), 104 

MO-PFB, 104 

MO-TMS, 83, 108, 109, 110, 207, 208, 304, 
340 

moving belt interface, 6 

MPDP, 227 

MPDP*, 228 

MPP*, 227, 228, 230, 235 

MPPP, 225 

MPTP, 224, 225, 226, 227, 228, 229, 230, 
231, 241, 243 

MPTP lactam, 228, 229 

MPTP pyridone, 228, 229 

MPTP-N-oxide, 228 

MS/MS, 8, 16, 38, 40, 64, 65, 67, 106, 119, 
138 

MS/MS (tandem mass spectrometry), 7 

MS/MS/MS (MS3), 66, 68 

MS/MS/MS/MS, 68 

MS", 66 

MTBSTFA, 116, 136 

multiple acyl-CoA dehydrogenase, 322 

multiple carboxylase deficiency, 299, 359, 
360, 361 

multiple stages of MS/MS (MS"), 68 

multiply charged ion, 64 

multiply charged molecular ion, 28, 30, 61, 
125 

multiply charged peptide ion, 119 

w-muricholic acid, 271, 272 

muscle weakness, 369 

muscular hypotonia, 355 

mut’, 311 

mutase apoenzyme deficiency (mut°®), 311 
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myelin, 371 
myoclonal jerks, 358 
myoglobin, 130 
myoglobinuria, 370 
myo-inositol, 156 
myopathy, 174 


N> laser, 129 

Na,K-ATPase, 182, 183, 184 

NADH dehydrogenase, 226 

Nal, 50 

natural abundance, 43 

natural cyclotron frequency, 39 
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372 
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neonatal tyrosinemia, 337 

nephropathy, 209 

nephrosclerosis, 155 

neurological dysfunction, 156 

neurological impairment, 358 

neurotoxicity, 228 

neurotoxin, 175, 225, 235 

neutral fragment, 64 

neutral gas, 66 

neutral loss scan, 99 

NICI, 105, 285 

NICIMS, 41, 99, 104, 105, 117, 241, 270 

NICI-SIM, 106 

nicotinic acid, 30, 139, 140 

NIMS, 41 

NMR, 213 

NMTIQ, 231, 235, 236, 237, 243 

non-insulin-dependent diabetes mellitus 
(NIDDM), 191, 204, 205 

non-ketotic dicarboxylic aciduria, 299, 365, 
367, 368 

non-ketotic hypoglycemia, 328, 369 

non-paralytic esotropia, 351 
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norepinephrine, 96, 98, 223, 224, 245, 246 
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normal serum, 162 
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normetanephrine, 96 

nor-MPTP, 228 

norsalsolinol, 241, 243, 244 

nuclear magnetic resonance (NMR) spec- 
troscopy, 7 

nuclease P,, 134 

nucleic acid, 131, 134 

nucleoside, 133, 134, 135, 136, 137, 138, 
139 

nucleoside triphosphate, 138 

nucleotide, 133, 137, 139 


obstructive biliary disease, 253 
obstructive jaundice, 264, 265 
ochronosis, 341, 342 
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octadecanedioic acid, 366, 373 
octadecenedioic acid, 366, 373 
octadecylsilane (ODS), 100 

octanoic acid, 369 

1-octanol, 201 

octanoylcarnitine, 295, 296, 300, 367, 368 
octanoyl-CoA, 369 
octanoylglucuronide, 300, 369 
octanoylglycine, 300, 367, 368, 369 
octenedioic acid, 301, 371, 373 
2-octenedioic acid, 366 
4-octenedioic acid, 366 
octenoylcarnitine, 367, 368 
octopamine metabolite, 246 

ocular abnormality, 261 

odd-chain fatty acid, 199 
odd-numbered dicarboxylic acid, 372 
odd-numbered fatty acid, 302, 303, 311 
ODS column, 111, 131 
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ODS-bonded silica, 107, 111 

oil diffusion pump, 15 

oligonucleotide, 138, 139, 140 

oligosaccharide, 92, 93 

O-methylhydroxylamine hydrochloride, 110 

one-stage jet separator, 50, 54 

open-split coupling, 51, 53 

optic atrophy, 355 

optical nerve dysplasia, 371 
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ornithine, 363 
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ciency, 84, 86, 300, 363 

orotic acid, 86, 300, 363, 364 

orotic aciduria, 300 

osteoporosis, 351 

OTC deficiency, 364 

ouabain, 184 
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ovalbumin, 126 

oxalic acid, 159, 161, 163, 300, 356, 357 

oxaloacetic acid, 305, 306 

B-oxidation, 191, 192, 195, 199, 368, 369, 
373 

(w-1)-oxidation, 199, 399 

oximation, 77, 82, 83 

oxime, 77, 82 

oxime-TMS, 83 

3-oxoacyl-CoA thiolase deficiency, 263 

5-oxoprolinase, 344 


packed column, 50, 54, 91 

packed GC column, 87 

palm and sole erosion, 341 

parathyroid hormone, 180 

parent ion, 63 

Parkinson’s disease, 6, 9, 223, 224, 225, 
230, 232, 238, 241, 242, 244 

parkinsonian, 241 


parkinsonism, 224, 225, 233, 241 

particle beam, 58 

particle beam (PB) LC/MS, 56 

PB, 110 

PB-LC/MS, 58, 111 

p-cresol, 156 

PD, 24, 25 

PDMS, 25, 228 

PEG, 47, 48, 49, 50, 51, 52 

pentadecanedioic acid, 366, 372 

pentafluorobenzoyl chloride (PFBC1), 99 

pentafluorobenzy! bromide (PFBB), 104 

pentafluoropropionyl! (PFP), 96 

pentafluoropropiony! anhydride (PFPA), 96 

pentafluoropropiony]-1,2,4-triazole (PFPT), 
98 

pentafluoropropionylimidazole (PFPI), 97 

pentahydroxycholestanoic acid, 263 

1-pentanol, 201 

2-pentanone, 200, 201 

3-pentanone, 301, 303, 307 

3-pentene-2-one, 200 

pentose, 213 

pentosidine, 213, 214 

peptidase, 344 

peptide, 119, 125, 139 

peptide CID mass spectrum, 121 

perfluoro-2-propoxypropionylchloride 
(PPP-Cl), 239 

perfluoroacylation, 98 

perfluoroalky! phosphazine, 46, 47 

perfluorokerosene (PFK), 44 

perheptafluorobutyrylimidazole, 98 

peripheral neuropathy, 174 

permethylation, 93 

O,N-permethylation, 135 

peroxisomal bifunctional protein, 263 

peroxisomal f-oxidation, 372 

peroxisomal £-oxidation enzyme, 262 

peroxisomal disorder, 261, 262, 371, 372 

peroxisomal enzyme alanine:glyoxylate 
aminotransferase, 163 

peroxisomal enzyme D-glycerate dehydro- 
genase, 163 

peroxisome, 261 

PFB, 266, 270 

PFB derivatization, 104 
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PGF, 102, 107 

phenol, 156, 160, 170, 172, 173, 174, 224 

phenolic acid, 161 

phenolic carboxylic acid, 367 

phenolic compound, 281 
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336, 338, 341, 342 

phenylalanine hydroxylase, 334 

phenylalanine/tyrosine, 336 

phenylboric acid, 94 
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phenylboronic acid column, 96, 101 

phenylethanolamine N-methyltransferase, 
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B-phenylethylamine, 98 

2-phenylethylamine, 231 

phenylethylene glycol, 300, 334, 335 

phenylketonuria, 84, 85, 86, 117, 294, 300, 
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phenylpropionylglycine, 367, 368 

4-phenylpyridine, 228 

phenylpyruvic acid, 85, 86, 300, 301, 334, 
335, 336 

phosphate, 363 

phosphatidylinositol, 180 

phosphatidylinositol diphosphate, 180 

phosphatidylinositol monophosphate, 180 

phosphodiesterase, 134 

phosphoinositol, 180, 181 

5-phosphomevalonic acid, 361, 362 

phosphorylated amino acid, 121 

phosphorylation, 130 


PHP-LH-20, 111 

PHP-LH-20 column, 112 

phytanic acid, 199, 302, 311, 371, 372 

picoline, 201 

Pictet-Spengler condensation, 243, 244, 245 

Pictet-Spengler reaction, 231 

pigmentary retinopathy, 371 

pimelic acid, 159, 162, 282, 299, 301, 308, 
313, 366, 372 

pipecolic acid, 371, 372 
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(PHP-LH-20), 277 

piperidinohydroxypropyl-LH-20 (PHP-LH- 
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plaque, 341 

plasma desorption (PD), 4, 24 

plasma desorption mass spectrometry 
(PDMS), 24 

plasmalogen, 371, 372 

plasmaspray LC/MS, 314 

platelet function, 156 

pneumatically assisted ESI, 29, 62 

polyamine, 156 

polycystic kidney disease, 155 

polyethyleneglycol (PEG), 46, 47 

polyhydric alcohol, 174 

polymorphism, 373 

polyol, 91, 92, 93, 94, 161, 174, 175, 176, 
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polysaccharide, 94 

Porasil E, 90 

porphyria, 338 

porphyrin, 354 

post source decay (PSD), 63 

potassium adduct ion, 23, 25 

PPP, 241 

prealbumin, 120 

prealbumin variant, 8, 123 

precursor ion, 55, 63, 64, 68, 210, 213 

precursor ion scan, 65, 67 

precursor ion spectrum, 67 
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